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CASE REPORT
A 27-year-old pregnant woman presented to our clinic with com-

plaints of abdominal fullness, occasional nausea, vomiting, and

abdominal mass. During routine ultrasound for pregnancy, the

patient was found to have near-total replacement of the pancreas by

multiple cysts. A fine-needle aspiration for evaluation of the mass

was consistent with serous microcytic adenoma. Magnetic reso-

nance imaging (MRI; Figure 1) revealed diffuse enlargement and

replacement of the pancreas with complex cystic changes. Numer-

ous hepatic cysts and several renal cysts were also noted. Symp-

toms continued postpartum, at which point a contrast-enhanced

computed tomographic (CT) scan of the abdomen (Figure 2) was
performed. The pancreatic cysts were noted to be unchanged from
her previous MRI. Her medical history was significant for hepatitis
B–induced chronic hepatitis, and she had undergone appendec-
tomy in the past. Her family history was unremarkable. Of note, her
blood group was O�. The molecular markers for malignancy (CEA,
AFP, and CA 19/9) were reported to be within normal range.

All treatment options were discussed. In light of persisting
symptoms and the patient’s desire to bear more children, we
recommended a subtotal pancreatectomy and splenectomy.
Perioperatively, it was discovered that the cysts had almost com-
pletely replaced the pancreas; were strongly adherent to the spleen,
splenic artery, and vein; had encased the splenic hilum; and had
involved the transverse mesocolon (Figure 2). The affected portion
of the mesocolon was resected, and a splenectomy was performed.

Pathology report was consistent with multiple serous cystadeno-
mas of the pancreas. Based on these findings, the patient under-

went genetic testing that revealed that she was positive for Von
Hippel-Lindau (VHL) syndrome.

DISCUSSION
Pancreatic lesions are commonly seen in patients diagnosed with
VHL along with other manifestations (Table 1).1 Pancreatic lesions
include simple cysts, serous microcystic adenomas, adenocarci-
noma, and neuroendocrine tumors.1,2 Serous cystic neoplasms

Figure 1. MRI of the abdomen.

Figure 2. Perioperative finding of near cystic replacement of the pancreas.

Table 1. Manifestations of VHL disease according to prevalence

Manifestations Prevalence (%)

Pancreatic cysts 50–91

Cerebellar hemangioblastoma 44–72

Renal cysts 59–63

Retinal hemangioblastoma 45–59

Renal cell carcinoma 24–45

Spinal cord hemangioblastoma 13–59

Pheochromocytoma 0–60

Neuroendocrine tumor of the pancreas 5–17

Serous cystadenoma of the pancreas 12

Medullary hemangioblastoma 5

Papillary cystadenoma of the epididymis
in men

10–60
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(SCNs) are present in approximately 10% to 12% of VHL pa-

tients.2–5 However, as discussed in a recent review of literature by

Charlesworth et al,2 pancreatic manifestations of VHL disease are

rarely the primary presenting tumors and seldom invoke diagnostic

suspicion. Patients are generally asymptomatic or present with

mild, nonspecific symptoms.

Ozkurt et al6 published a case series of five patients who were

hospitalized with long-term abdominal distention and pain. On

examination, all had abdominal tenderness with no other accom-

panying findings. On imaging, all had multiple cystic lesions of

the pancreas. VHL was diagnosed in all the patients, with only one

having a significant family history. Girelli et al7 also submitted a case

series of five patients who presented with polycystic pancreas as the

main or the only manifestation of disease and were later diagnosed

with VHL. Near complete replacement of the pancreas, however, is

an unusual finding. Most congenital pancreatic cysts are multiple,
and almost all are associated with underlying congenital diseases.
Apart from VHL, cystic fibrosis and autosomal-dominant polycystic
kidney disease are also implicated.7–10 It is important to note that
cystic fibrosis is not associated with cystic neoplasm of the pan-
creas.9

Of interest, pancreatic lesions in VHL may precede other man-
ifestations of the disease by several years2,9,11 and can thus permit
earlier diagnosis in patients with a significant family history. Re-
cently, Weisbrod et al12 observed a trend toward an association
between pancreatic disease manifestation in VHL, especially with
neuroendocrine tumor, in patients in blood group O. Our patient, as
mentioned, was O�. The authors noted statistical limitations in their
study, and further research is necessary before any conclusions
can be drawn.

As discussed in prior studies, we agree that for all patients who
present with multiple pancreatic cysts, testing for von Hippel-
Lindau syndrome should be included as part of the diagnostic
workup.
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